Investigations at that time showed an Hb of 15.7 g/dl and a neutrophil count of 1.5 x 10 9 /1. He remained well until August 1975 when he suffered an attack of gout; investigation revealed hyperuricaemia and neutropenia. There was no family history of gout. He worked as an advertising executive and drank about thirty pints of beer and two bottles of wine per week.
Examination: He was overweight and had a liver palpable 2 em and a spleen 5 em below the costal margin. There were no other stigmata of systemic disease, in particular no lymphadenopathy or arthropathy.
Investigations (December 1975): Hb, 11.8 g/dl; WBC, 2.0 x 10 9/1; neutrophils, 0.38 x 10 9/1; platelets, 73 x 10 9 /1. A bone marrow aspirate was hypercellular, compatible with peripheral destruction of erythrocytes and granulocytes. Serum immunoglobulin levels were raised, IgG 29.4 g/I (normal 5-16); IgA 11.95 g/I (normal 1.25-4.25); IgM 2.45 g/l (normal 0.5-1.8); direct antiglobulin test negative; slide latex test positive; sheep red-cell agglutination titre I in 256; antinuclear antibody (ANA) initially 20 units but rising to 400 units by April 1976; DNA binding 6 % autoantibody screen otherwise negative; bilirubin, 15 mmol/l ; serum glutamic oxaloacetate transaminase, 70 iu/l ; alkaline phosphatase, 90 iu/I; gamma-glutamyl transpeptidase, 78 iu/I (normal <50); uric acid 0.60 mmol/l. Barium swallow and meal were normal and showed no evidence of varices. 99Technetium-labelled red-cell scan: spleen length 18.5 em; splenic red-cell pool 587 ml (31.2 0 0 of total). III In-labelled granulocyte scan: splenic uptake at 24 hours was 40 0 0 compared with 20 0 0 in normal control.
Progress
Over the following nine months he suffered increasingly severe and frequent upper-respiratorytract infections and because of this, in October 1976 splenectomy and wedge liver biopsy were performed. There was no operative evidence of portal hypertension. Following splenectomy, the neutrophil count rose to normal and the platelet count rose to 700 x 10 9 /1. A repeat barium swallow showed no varices. Since splenectomy there have been no further episodes of infection or gout. The serum uric acid remains slightly elevated (0.50 mmolfl). An IgA and IgG mixed paraprotein band, suggestive of immune complex formation, has appeared in the serum since splenectomy.
Journal 0/ the Royal Society ofMedicine Volume 71 February 1978 Histology: Liver: early cirrhosis; it was not possible to tell whether this was alcoholic or cryptogenic. Spleen: weight 900 g: there was hyperplasia of the red pulp with some erythrophagocytosis and extramedullary haemopoiesis.
Discussion
The presenting feature of gout may have been related to the increased marrow proliferation. Gout is well documented in myeloproliferative disorders and in chronic haemolysis. In one series of patients with gout (Grahame & Scott 1971),4.2 0 0 had an underlying haematological disorder. Since splenectomy, the serum uric acid level has fallen from 0.60 mmol/l to 0.50 mmol/l. Pancytopenia was due to sequestration of blood, and especially neutrophils, in an enlarged spleen. Evidence for splenic neutrophil sequestration is usually presumptive, being based on the results ofa 99Technetium-labelled red-cell scan, but in this case a direct estimation was made with an indium-labelled granulocyte scan. This technique makes use of a method for binding III In to cells, developed by Dr M Thakur (unpublished).
The aetiology of the cirrhosis, and its relationship to the splenomegaly and neutropenia, is uncertain. Alcoholic cirrhosis with portal hypertension is a possibility, but we think it is unlikely. No evidence of a collateral circulation to the portal system was seen at laparotomy, though this does not exclude portal hypertension (Turner et al. 1957) . The spleen size would be unusual in portal hypertension due to cirrhosis alone. In two large series of cirrhotic patients the average spleen size was only 300 g, whereas in this case the spleen weighed 900 g (Kelynack 1897 , Rolleston & Macnee 1929 .
Splenomegaly secondary to cirrhosis usually produces mild pancytopenia, but occasionally a predominant neutropenia is found (Sherlock 1968). By contrast, in immune disorders with splenomegaly, such as Felty's syndrome, predominant neutropenia is typical.
ANA is rarely found in alcoholic cirrhosis, but is frequently present in cryptogenic cirrhosis. In one series of patients with cryptogenic cirrhosis, ANA was present in 38 00 of patients, but in only 3 out of 14 males. In only 2 patients was the titre as high as 400 units (Doniach et al. 1966) .
We suggest that the high ANA titre may be a marker of an autoimmune process, of which the cirrhosis and neutropenia are separate manifestations. This supposition is supported by the subsequent appearance of circulating immune complexes, as demonstrated by the diffuse paraprotein band.
Polyarteritis nodosa presenting with bilateral nerve deafness! G Lake-Bakaar BSC MRCP (for D D Gibbs OM FRCP)
The London Hospital, Turner Street, London £1 1BB
In February 1976, one week after a 'chill', Mrs A Gaged 63 suddenly developed tinnitus and profound bilateral deafness. In May she noticed painless redness of the eyes. She was examined at Moorfields Eye Hospital where old central keratitis and active marginal keratitis were
